Systemic capillary leak syndrome (SCLS), also called Clarkson's disease is rare and life-threatening disorder of unknown etiology, which is a characteristic triad of hypovolemic shock, hemoconcentration, and hypoalbuminemia. Unexplained capillary leakage from the intravascular to the interstitial space, which has been estimated up to 70% of the intravascular volume, is the proposed mechanism. Because the pathogenesis is unknown, it is diagnosed clinically after exclusion of other diseases that cause systemic capillary leak and no efficacious pharmacological treatment has been clearly established. The mortality rate ranges from 30% to 76%. In Korea, four cases of SCLS (5 cases in adult and 1 case in child) were reported by 2012. We describe a case of severe SCLS that suddenly occurred and rapidly progressed during pylorus preserving pancreaticoduodenectomy and review the literature. (Korean J Hepatobiliary Pancreat Surg 2014;18:38-41)
INTRODUCTION
Systemic capillary leak syndrome (SCLS) which is also called Clarkson's disease is rare and life-threatening disorder of unknown etiology. 1 Unexplained capillary leakage from the intravascular to the interstitial space, which has been estimated up to 70% of the intravascular volume, is the proposed mechanism and a transient dysfunction of the endothelium is accepted as the most suspected cause and triggering factor. 2 In consequence of capillary leakage, SCLS has a characteristic triad of hypovolemic shock, hemoconcentration, and hypoalbuminemia. Because the pathogenesis is unknown, it is diagnosed clinically after exclusion of other diseases that cause systemic capillary leak. As the underlying mechanism is unknown, no efficacious pharmacological treatment has been clearly established. The mortality rate ranges from 30% to 76%. 3 We describe a case of severe SCLS that suddenly occurred and rapidly progressed during pylorus preserving pancreaticoduodenectomy (PPPD) and review the literature. 246 U/ml. Urine analysis and urine pregnant test were negative. Her initial total bilirubin (6.5 mg/dl) has been decreased to 3.8 mg/dl after the percutaneous transhepatic biliary drainage (PTBD) catheter was placed. A chest radiograph revealed no significant findings (Fig. 1A ). An electrocardiogram and echocardiogram did not show any creased, and however, Ig E was 681.13 IU/ml (normal range: ＜120), which was elevated. Ig A was within the normal range. Serum electrophoresis showed that total protein was within normal limit (6.3 g/dl) and alpha-1-globulin fraction was increased, and there was no abnor- Two out of 28 nodes were metastatic regional lymph nodes. On the postoperative day 14, her pulmonary condition has fully improved; however, unfortunately, she is still in bed more than one year because of brain injury. 
Dhir et al. has reported laboratory features of SCLS, that
hematocrit was recorded to be high, 63.5±8.65%; serum albumin was mentioned to be low to 1.67±0.66 g/dl.
Complement levels are usually normal. 2 The role of monoclonal protein found in the sera of many of the cases remains uncertain. The prognosis of SCLS is uncertain. Recurrent attacks are common and the condition is often fatal. The cause of death in the initial phase is circulatory collapse. The mortality among SCLS patients has been reported to be as high as 18-36%. The mortality rate ranges from 30% to 76%. In contrast to the poor survival noted previously, 10-year survival rate estimates greater than 70% which has shown an increasing trend since this syndrome was first recognized. 2, 3 In conclusion, the present case typically matched with clinical findings of SCLS occurred during elective PPPD.
Our patient was survived from episodes of serious hypovolemia after initiation of proper treatment, but unfortunately she was injured in the brain. We still wonder if occult infection, because she had a self-limiting fever and surgical procedures including aggressive lymph node dissection could trigger this situation. We should be aware that sudden and profound SCLS is a potentially lethal condition and can occur anytime even during elective surgery although the patient's condition is well controlled.
